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Ozet

Refleks sempatetik distrofi (kronik bélgesel agri sendromu) ¢ocukluk caginda ve
pediatri pratiginde sik karsilasilan bir durum degildir (1). Refleks sempatetik dist-
rofi (RSD) lokalize yaygin agri, siklikla sislik, renk degisikligi, trofik degisiklikler
ve vasomotor bozukluklar gibi otonomik anormalliklerle karakterize bir hastalik-
tir. Etiyolojisi tam olarak aydinlatilamamustir. Hastalik kismi olarak hasara ugra-
yan sinir tarafindan innerve edilen bir alanda gelisir. Bu yazida, cocukluk caginda
nadir gorilen refleks sempatetik distrofili iki kiz hasta klinik ve laboratuar bulgu-
laryla literatir egliginde tartisimistir.
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Abstract

Reflex sympathetic dystrophy (chronic regional pain syndrome) isn't frequently
encountered in practical pediatrics and childhood. Reflex sympathetic dystrophy
syndrome (RSD) is a disorder characterized by widespread localized pain, often
along with swelling, discoloration, trophic changes and autonomic abnormalities
such as vasomotor disorders. Its etio-pathogenesis hasn't been completely deter-
mined. The disease can form in an area innerved by a partially damaged nerve and
usually follows minor injury or trauma. In this paper, two girl patients with reflex
sympathetic dystrophy are discussed along with the laboratory and clinic finding
by accompaniment the literature as it is rarely seen in childhood.
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Intraduction

Reflex sympathetic dystrophy (chronic regional pain syndrome)
isn't frequently encountered in practical pediatrics and child-
hood [1].

Reflex sympathetic dystrophy syndrome is a disorder character-
ized by widespread localized pain, often along with swelling, dis-
coloration, trophic changes and autonomic abnormalities such
as vasomotor disorders. Its etio-pathogenesis hasn't been com-
pletely determined. The disease can form in an area innerved
by a partially damaged nerve and usually follows minor injury or
trauma [2, 3]. Diagnostic criteria are the presence of regional
pain and other sensory changes following a noxious event. The
pain is associated with changes in skin color, skin temperature,
abnormal sweating, edema, and sometimes motor abnormali-
ties. The clinical course is commonly divided into three stages:
first (acute or hyperemic), second (dystrophic or ischemic), and
third (atrophic) stages [4]. Reflex sympathetic dystrophy can oc-
cur without any previous history of trauma, and may be recur-
rent and migratory [5]. The diagnosis is primarily clinical but
laboratory tests can help to confirm the diagnosis. Medical ap-
proach, physiotherapy and sympathetic blockage can be admin-
istrated for therapy.

In this paper, two girl patients with reflex sympathetic dystro-
phy are discussed along with the laboratory and clinic finding by
accompaniment the literature as it is rarely seen in childhood.

Case 1

15 year old female patient complained of pain in both her hands
and left knee and was accepted into our pediatrics clinic. It was
learned from the patient’s history that the complaint started
with increasing temperature, slight hyperemia, swelling and
greater levels of pain approximately about six month ago but
there was no history of trauma. She was constrained to move
the joints particularly in the mornings and her pain was increas-
ing with movement. Cold was beneficial to the swelling and pain
in her hands. Also she was suffering from a stomachache which
improved spontaneously and was not related to eating, particu-
larly in the mornings. Juvenile Rheumatoid Arthritis was diag-
nosed with these findings and she was treated gradually with
anti-inflammatory drug therapy such as ibuprofen, methotrex-
ate and steroid but with no improvement. Although swelling and
pain decreased in her left knee after the therapy, swelling and
blueness showed an increase in her right hand wrist and back.
The pain had started to be localized on the right side of her
neck, right shoulder, right hand and wrist and she couldn’t use
her right hand. Drooping of her right upper eyelid had gradually
started over the last two weeks. It was mild to moderate in in-
tensity and non-variable during the day.

On physical examination; her right upper eyelid was ptosis but
bilateral pupils’ reflex, eye movements and fundus examination
were normal (figure 1). Wrist, metacarpophalangial, proximal
and distal interphalangial joints of her right hand was edema-
tous and sweaty but didn’t increase in temperature and hyper-
emia. Touching and movement were hypersensitive and painful.
Her right hand was colder and of a greater violet red color than
the other hand (figure 2). Range of motion of both her shoulder
and elbows weren't limited but right shoulder’s movements were
painful. Perimeters of both knee joints were measured as 35

Figure 1. The right upper eyelid of the patient was ptosis

Figure 2. The right hand of patient was colder and of a greater violet red color
than the other hand

cm and didn’'t show pain, swelling and hyperemia. Erythrocyte
sedimentation rate was 11 mm/h, C-reactive protein was <1
mg/dl, hemoglobin 13.1 g/dl, and white blood cell count 6820/
mm3. Anti streptolysin-O titer, rheumatoid factor, and serum
biochemistry were normal. Direct radiography revealed normal
appearance in her right hand. Right upper extremity venous
Doppler ultrasound and bone scan were normal.

Case 2

17-year-old female patient presented with complaints of numb-
ness in her right leg after having a 6 month history of IM injec-
tion. Complaints of leg weakness and difficulty walking began a
week after the injection.

On examination; there was a 5x4 cm size reddish-purple skin
color changes on the gastrocnemius muscle area and increasing
regional sweating in the left leg. The area was hypersensitive
and painful to touch and movement. The muscle power weak-
ness of the left leg had a rate of 4/5 compared to the right leg.
Central nervous system examination revealed normal tone, re-
flexes in all limbs. The examination findings of other systems of
her body were normal. Erythrocyte sedimentation rate was 14
mm/h, C-reactive protein was <1 mg/dl, hemoglobin 14.3 g/dl,
and white blood cell count 7400/mm3. Serum biochemistry was
normal. Direct radiography revealed normal appearance in her
left leg and left lower extremity venous Doppler ultrasound was
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normal. Electromyography (EMG) findings didn’t support the in-
jury of sciatic nerve by IM injection. The patient was not given
any medication and only received physical therapy.

Discussion

The incidence of reflex sympathetic dystrophy in childhood isn't
known, but the disease is probably under diagnosed [1, 5]. The
clinical diagnosis is suggested by the presence of at least two
symptoms and signs from neuropathic pain (burning, dysaes-
thesia, paraesthesia, mechanical allodynia, hyperalgesia to
cold) and autonomic dysfunction (cyanosis, skin mottling, hyper
hidrosis, edema, temperature difference between extremities of
>3°C) [1, 6]. As there isn't a current decisive test for diagnosis,
although several tests are performed in a child with joint pain,
the diagnosis may be delayed. Case 1 didn’t recover from the
arthritis in her hand and her symptoms didn't respond to anti-
inflammatory drugs in the beginning.

Although previously published cases stated that minor injury or
trauma may have been responsible for the onset of symptoms,
some patients didn't have a history of trauma. [1, 3, 5]. Some
authors also said that psychological problems frequently play a
role in this disorder. Case 1 didn't have a history of trauma and
psychological stress but case 2 had a history of IM injection.
Partial ptosis occurred due to the involvement of sympathetic fi-
bers of the face and was a localized autonomic disorder [7]. The
drooping of her right upper eyelid for two weeks was thought
by us to be a localized autonomic disorder because her pupils
were isochoric and her face was not anhidrotic. Tong and Nel-
son [5], stated that reflex sympathetic dystrophy may be recur-
rent and migratory, and an 11-year-old girl presented to their
pediatric rehabilitation clinic three times with recurrent RSD in
her bilateral arms over the next 5 years. We considered the mi-
gratory characteristic of the disease in the patient because of
the regression of her left knee complaint pain occurring with
movement in right side of neck and right shoulder and then the
occurrence of the right eyelid drooping.

Early diagnosis has significantly increased the response to
treatment and prognosis. While analgesic and anti-inflammato-
ry drugs haven't created to decreasing pain, it has been noticed
that amitriptilin, nifedipin, gabapentin, calsitonin, baklofen and
biphosphanats are useful in the disease [1, 2, 6, 8]. Alongside a
graduated program of physical therapy, transcutaneous electri-
cal nerve stimulation and efferent sympathetic nerve activity,
which can be interrupted surgically or chemically (intravenous
regional guanethidin blockage, central sympathetic blockage,
satellite ganglion blockage), have been fundamental principles
in treatment [1-3, 5, 8]. The study of Ashwal et al. [3] reported
that in contrast to adults, treatment with a graduated program
of physical therapy and transcutaneous electrical nerve stimu-
lation is beneficial in almost all patients and the prognosis of
childhood reflex sympathetic dystrophy syndrome is favorable.
In another case study four girl patients between the ages 9-14
with reflex sympathetic dystrophy were treated with intrave-
nous regional guanethidin blockage and physiotherapy and all
of them almost completely recovered [1].

Case 1 was started on 50 mg/day of pregabarin and physical
therapy then the dose of pregabarin was increased. After two
weeks of drug therapy, the pain in her shoulder and neck de-

creased and her hand’s color minimally recovered. We thought
that the patient completely recovered by sympathetic blockage.
Case 2 gradually improved with physiotherapy and rest without
drug treatment within 6 months.

We have discussed here two patients with reflex sympathetic
dystrophy which is rarely seen in childhood and we wished to
share our experiences.
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